March 2016 in clinic:
she is clinically remission, recent ONDST: 82nmol/L confirming that she is post-operatively in remission and is not requiring HC replacement. CONCLUSION: Whilst Cyclical Cushing's syndrome is rare but well recognised in ACTH secreting pituitary adenomas, it is very rarely reported with ectopic ACTH secretion.
Diffuse Idiopathic Pulmonary Neuroendocrine Cell Hyperplasia (DIPNECH) is an unusual lung disorder, consisting of nodular proliferation of airway neuroendocrine cells affecting the small bronchi and bronchioles. DIPNECH has rarely been associated with ectopic ACTH production, with only one case reported in the literature. The mechanism for intermittent secretion of ACTH from these pulmonary tumourlets in DIPNECH is unclear. It is evident from our cases that DIPNECH not only produces cyclical ACTH secretion but significant and severe cortisol excess, with a clinical presentation that resembles ectopic ACTH syndromes associated with small cell primary lung tumours. The cyclical nature of ACTH secretion and evidence of multiple pulmonary nodules makes management challenging and will require long-term clinical, biochemical and radiological follow-up.
